abnormality. Some of the cases were explicable, on the basis of an inherited exaggeration of crude effect. These children seemed to be born With an excessive amount of emotion, so that their response to normal stimuli was an exaggerated one.
CASES.
Encephalitis Periaxialis Diffusa of Schilder.-C. WORSTER-DROUGHT, M.D.-H. G., a girl, aged 11 years. First seen February 1, 1928, complaining of loss of use of right hand.
Previous History: Measles, chicken-pox, whobping-cough and scarlet fever. Family History: Nothing of importance. Six other children in family, all healthy.
History of Present Illness: On December 31, 1927, could not properly move the fingers of the right hand. During next three weeks gradually lost use of right arm from below upwards, and right foot was becoming weak.
Condition on Admission; February 1, 1928.-Complete motor paralysis of right arm, with increased deep reflexes; weakness at right ankle; knee and ankle jerks exaggerated; bilateral patellar clonus and ankle clonus; both plantar reflexes extensor.
Subsequently, the following symptoms were noted: irritability, with occasional attacks of hearty and uncontrollable laughter for no apparent reason, and less frequent attacks of crying. Occasional generalized epileptiform attacks. Slow and deliberate speech, sluggish pupillary reactions. Conjugate deviation of eyes to right, with inclination of bead to left. Weakness of both external recti, without obvious paralysis sluggish left corneal reflexes, right-sided facial weakness on voluntary movement. Emot,ional movements on left side of face less free than on right. Increasing spasticity of right arm, with irregular movements only on attempting to use it. Loss of power and proximal spasticity in left arm, right arm jerks being greater than left. Clonic movements on attempting to use left arm. Right plantar reflex invariably extensor, left variable. Impaired sense of position in right fingers and toes, with diminished vibration sense over right tibia; otherwise sensation has been normal throughout.
Present At an earlier stage of the disease the patient was shown at a meeting of the Section of Neurology,l with a tentative diagnosis of Schilder's encephalitis. The possibility of hepato-lenticular degeneration, however, was suggested by others. This latter diagnosis may now, I consider, be entirely ruled out. Hepato-lenticular degeneration or Wilson's disease almost invariably begins with tremors of the limbs, whereas the disease in the case shown began with definite paralysis of one hand. Also, in hepato-lenticular degeneration, rhythmical tremors are constant, the muscular rigidity is of the extrapyramidal type, and optic atrophy does not occur. In the present case, in addition to the absence of any evidence of hepatic disorder, there are no rhythmical tremors, the pyramidal system is definitely involved, and there is double optic atrophy. Dr. Kinnier Wilson kindly saw the case and he disowned it as an example of the disease he has described.
In the patient shown, it is evident that the demyelinization has involved the parietal portions of the brain. The disease began in the left hemisphere in the hand area and rapidly spread to the remainder of tbe Rolandic area of that side. Within' a few weeks the right side was also involved, a'nd since that time the symptoms' have varied considerably. At one stage therq>,vas almost complete immobility of the eyeballs. During July, it was observed that elevation of both arms to above the horizontal invariably occurred when the patient attempted to look up or to speak; similarly, it was impossible to raise one arm actively or passively without the opposite arm following the movement. Optic atrophy has developed only during the last few months, but as yet the white matter of the occipital, temporal and frontal lobes is not involved.
Di8cusgion.-Dr. E. A. COCKAYNE asked whether the parents weie blood relations before marriage. If so, that would strengthen the position taken up by Dr. Worster-Drought.
Dr. W. G. WYLLIE agreed that this was a puzzling case, but he would hesitate to include it in the class of encephalitis periaxialis diffusa, because the cardinal points of that disease were cortical blindness, with no optic atrophy until a late stage, and cortical deafness and mental deterioration coming on with fits and spasticity.
Dr. WORsTER-DROUGHT (in reply) said the parents of the patient were Jewish, but were not blood relations.
He agreed with much of what Dr. Wyllie said, but all depended upon where the process began; if in the occipital lobe, the condition would begin with cortical blindness; if it began in the temporal lobe, cortical deafness would be the first symptonm; if in the frontal lobe, there would be mental deterioration, etc. He contended that in this case the process had started in the Rolandic areas, and that neither frontal, occipital, nor temporal lobes were yet affected. Optic atrophy was present, and it was known to occur in many cases of Schilder's disease.
